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PE3IOME

03KMHOQUIIbHBII IpaHynemaTo3 ¢ nonanruutom (ITIA) npencrasinsier co60ii penKuii MyJIbTUCUCTEMHBIT KIMMYHOOIOCPENOBaHHbII BaCKY-
JIMT C TOpaskeHNeM COCYLOB CPEIHEro M MEJIKOTo (B TOM UHKCIIe KanWyUIsIPOB, BEHYI M BeH) Kanulpa, BriepBble onucanHblii B 1951 r. Itnosnorus
¥l MIaToreHe3 JAHHOTO 3a00JIeBaHMsl, BKIIOYAIOLIMI COYeTaHle MMMYHOKOMIUIEKCHBIX U ayIepruueckuX MeXaHU3MOB, [0 KOHLA He M3yueHbl,
a OOLLeNpUHSITbIE MOIXOIb! K CTAPTOBOI TEpANuM OTCYTCTBYIOT. PasHOOOpasue KIMHMYECKO! KapTUHbl B Ae0roTe 3a00J1eBaHusl, MOCTENeH-
HOE NOSIBJIEHN e CUMITTOMATHKH, HEOOXOAMMOCTb y4eTa He TOJIbKO KIMHUYECKHX, HO 1 JIaOOpaTOPHBIX MOKa3aTeseil — BCe 3TO 00YC/IOBIMBAET
TPYAHOCTH B [IOCTAHOBKE BEPHOTO AMAarHo3a Ha paHHMX CTaiusx. B cTaTbe npencTaBieHo KIMHUYECKoe HAbI0IeHNe OTHOCUTENbHO MO3AHEN
anarHoctrky SITIA, uto, BO3MOXKHO, CBSI3aHO C HEIOCTaTOUHO! OCBEJOMIIEHHOCTBIO MPAKTHUKYIOILMX Bpayelt 0 TakoM pefkoM 3a06071eBaHNH
¥ [O3[]HEM HaNpaBJIeH!H NaLleHTa K PeBMaToJIory. YCKOPHUTb IOCTAHOBKY MAarHo3a MOXeT He TOJIbKO Mop¢ooruueckasi Bepupukauust v M-
MyHOJIOrH4ecKkoe 00ciIefoBaH1e NaLUeHTOB, HO 1 00CYskaeHHe NOZOOHbIX KIMHUYECKHX CIIy4aeB B MEAMLIMHCKOM coolbLiecTBe. B Hacrosiee
BpeMst BoaMoxkHOCTH Tepanuu II'TIA paciumpetbl 3a cueT BKIOUeHUs 3a00J1eBaHMst B IOKa3aHusl K OMONIOrM4eCKUM METOZaM JledeHusl, Halle-
JIEHHBIM HAa MHTEpJIeNKUH 5, UTO MO3BOJUT YYUILIUTb MPOrHO3 GO/E3HH, CHUSUTb OpeMsl AIUTEIbHOTO NpHeMa FOPMOHANIbHbIX NPernapaTos.
KJTIOUEBBIE CJTIOBA: 3031HOGUIbHbII IPaHy/IeMaTo3 C MOJIMaHTMUTOM, BACKYJIUT, 903MHOpUINS, ArddepeHLaTbHas AMarHOCTHKa, OPOH-
XMasbHast aCTMa, KIIMHUYECKOe HabIoeH e.
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ABSTRACT

Eosinophilic granulomatosis with polyangiitis (EGPA) is a rare multisystem immune-mediated vasculitis with damage to medium and small vessels
(including capillaries, venules and veins), first described in 1951. The etiology and pathogenesis of this disease associated with a combination
of immunocomplex and allergic mechanisms have not been fully studied, and there are no generally accepted techniques to initial therapy. The
diversity of the clinical picture at the disease onset, the gradual manifestation of signs, the need to take into account not only clinical but also
laboratory parameters, makes it difficult to make a correct diagnosis in the early stages. This article describes a clinical case of a relatively late
diagnosis of EGPA, which may be due to a lack of practitioner awareness about such a rare disease and a late referral to a rheumatologist. Not only
morphological verification and immunological tests of patients can speed up diagnosis, but also discussion of such clinical cases in the medical
community. Currently, the EGPA therapy possibilities have been expanded by including the disease in indications for biological treatments aimed
at interleukin 5, which will improve the disease prognosis and reduce the burden of long-term hormonal therapy.
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BBENEHUE

Jo03uHOGUIIBHbIN IpaHynemaTros3 ¢ nomanruutom (IITIA)
OTHOCHUTCS K TPYINe HeKPOTHU3UPYIOLIMX BACKYJIUTOB C Tpeu-
MYLLECTBEHHbIM MOPAXXeHHEeM COCYLOB CPeJHEero M MeJIKOro
kanu6pa [1]. STTIA 6bin Briepsble onucaH J. Churg u L. Strauss
B 1951 . Ha OCHOBaHMWM AyTONCHUIHBIX AaHHbIX 13 NaLKXeHTOB
CO CXO3Keii KIMHUYEeCKON KapTHHOIA (Tsikesasi OpOHXMasbHas
actma (BA), 3031HOGUNNS KPOBU, HEKPOTU3UPYIOLLIMIA BAaCKY-
JUT ¢ 006pa30BaHMEM BHECOCYAMCTBIX IPaHyJIeM, BbISIBJIEHHbIX
npy BCKpbITK) [2]. B cBSI3M € aHANM30M TOJILKO ayTONCHIHBIX

IaHHBIX PaHHsIsl IMarHOCTHKa 3a60J1eBaHNsl OblIa HEBO3MOXKHA,
a OTCYTCTBHE OOLLEMPHUHSITHIX AMarHOCTUYECKHUX KPUTEPHEB 3a-
TPYZAHSUIO BblsiBlIeHHe 60mbHbIX IITIA.

B 1990 r. AMeprKaHCKuil KoJIeask peBMaToIOrMK Npezio-
KUJT HOBble KyaccuuKauronHble kputepun IITIA, Brmodaro-
1Me acTMy, MUTrpUpYyoLLie NHOWILTPATbI B JIETKUX, aHOMaJNK
OKOJIOHOCOBBIX Ma3yX, MOHO- UJIY MOJIMHENPONAaTUX, 303UHODU-
o nepudepuyeckoit Kposu (6onee 10% obluero KonmyecTsa
JIeiIKOLIUTOB), 903MHO(UIIbHbIE HHPUILTPATbI B TKaHsX. Hanu-
4Ms YeTbIpex M3 LIEeCTU NPU3HAKOB JOCTATOYHO 71 MOCTaHOB-
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ku auarnosa 3ITIA ¢ 99,7% cneunduunocTbio 1 85% 4yBCTBU-
TenbHOCTbIO [3]. B 2012 1. Ha kondepenuun Chapel Hill (CLLA,
wrar CesepHast Kaponuna) IITIA 6bin otHecen k AHLIA-ac-
counrpoBaHHbIM Backynutam (AHLIA — aHTHHeiTpoduib-
Hble LMTOIUIa3MaTHyecKue aHTHTesa), a Ha3BaHWe «CHHAPOM
Churg — Strauss», ynorpe6nsiieecs: npu GOpMYIMPOBKe IH-
arHosa, 3ameHeHo Ha «3['TIA» [4]. OT Apyrux HEKPOTU3MUPYIOLLIMX
BACKYJIUTOB (rpaHy/ieMaros C MOJIMAaHTMUTOM, MUKPOCKOMHYe-
CKHI1 MOJIMAHTUKT, Y3eTIKOBbli nonuapTrepunt) JITIA ominyaer-
Cs1 YaCTbIM COYETaHNEM MOPAKEHNS MEJIKMX M CPEJHUX COCYOB
C NpOsIBJIEHNSIMY OPOHXOOOCTPYKTMBHOIO CUHAPOMA M PUHOCH-
HYCHTA, a TaKkske 3031MHOPUNKel neprdepuueckoit kposu [ 1, 4].

B despane 2022 r. AMepuKaHCKHi1 KOJUIEK PEBMATOJIOTMH
o6HoBMI KpuTepuu aunarHosa IITIA [5]. Hosble kpurepun mMo-
ryT ObITb MPYMEHEHbI KaK K naLueHTam, y kotopbix JITIA nox-
pasymeBaeTcsl, Tak W K MalMeHTaM C y>Ke YCTaHOBJIEHHbIM pa-
Hee IITIA (cm. Tabnuuy).

J03MHOPUIIbHDIN IPaHYNeMaTo3 C MOJMAHTMUTOM SBIIS-
eTcsl OJHUM M3 Haubosee pefKo BCTPEYAIOIMXCSl BACKYJIHU-
T0B [1, 4, 6]. ExXeronHas 3a6071€BaeMOCTb, 110 HAOJIOJEHUIM
aBTOPOB M3 Pa3HbIX CTpaH, BapbupyeT ot 0,5 1o 14 cnyuaes
Ha 1 000 000 naceneHus. 'eHnepHbIX pasnuuuii B 4acTo-
Te BbissBleHUs Backynurta Her [1, 6—8]. [pubnusurenpHo
B 30—40% cnyuaes IITIA accounnpoBaH ¢ Hanuurnem AHLIA
[8, 9]. Ha ocHoBanun Hanuuus mnu otcyrctBust AHLUA Bbl-
JenstoT 2 OCHOBHbIX UMMYHHbIX ¢peHotuna IITIA: AHLA-no-
JIOKUTEJIbHBIA, XapaKTepU3YIOLIMICs BbIsIBIEHUEM aieneil
HLA-DQ (Human Leukocyte Antigen DQ), nepunykineap-
HbIM CBevyeHHeM MpHU UMMYHOGIyOpeCcLeHLM: U aHTUMKe-
JIONEePOKCUNIa3HOoi akTUBHOCTbIO; AHLIA-oTpuLaTenbHblit,
XapaKTepU3YIOLIMIACSl aJIePrMYeCKUM TUIIOM BOCHAJIeHHs]
1 00pa3oBaHNeM 303MHOQUIIbHbIX MH(QUIBTPATOB B TKa-
Hax [10—13]. AHtuTena K mnporeuHase 3 HeHTpouIIoB
BbisBNIAOTCA B 1-3% Habmopennit [9]. Hammuue AHLIA
KOpPeJMpYeT C yBeJIMUeHUeM YaCTOThl Pa3BUTHS ITIOMEPYJIO-
HedpuTa, MOHO- UNK NonuHeliponaruii [8, 9, 13]. AHLIA-ne-
raTMBHOCTD Yallle HabJ01aeTCsl Y NaLMeHTOB C MOpaskeHneM
JIOP-opraHoB, nblxaTenbHON CHUCTEMbl, CEpIeYHO-COCYIAU-
CTOI1 cucTeMbl U 303uHOPpuUnueii [1, 8—10].

Jlnist onpernienieHys peskuMa HayasbHOM Tepanuu U MPOTHO-
3MpOBaHMs pUCKAa CMepTHOCTM y nauueHToB ¢ AHILIA-acco-
LIMMPOBAHHBIMK BAaCKYJIMTaMu B 3apyOeskHOI JinTepaType pe-
KOMEHZIOBaHO MCronb3oBaTh Likany Five-Factor Score (FFS),
BKJIIOUAIOLLYIO MOUYEUHYI0 HEeNOCTaTOYHOCTb (CbIBOPOTOUHbIM
KpeatuHuH >150 MKMosb/n), mpoTenHypuro >1 r/cyt, Kap-
IVMOMMONATHIO, TOPAXXEHNWE >KeJy[04YHO-KMIIEYHOTO TpaKTa
Y LEHTPaJbHOM HEPBHO CUCTeMbl, BO3pacT crapuie 65 et
[14, 15]. Kaxnplit Kputepuit oeHnBaercs no wkase 0/1 6am.
B 3aBucHMocTH OT KonMuecTBa HabpaHHbIX OaioB, a Tak-
e xapakrepa TeueHust JITIA BbiOMpaeTcs: ofMH U3 PEKUMOB
CTapTOBOi1 Tepanuu: rmokokopTukouabl (I'K) nepopanbHo,
nysnbc-tepanus 'K, 'K + menonuaymab, I'K + purykcnma6, I'K
+ uuknopochamus, ONTUMM3ALMS MHTANSILMOHHON Tepanuu
[14-16]. Tlpu anexBaTHOIt M BOBpPeMSI MHAYLIMPOBAHHOII Te-
pannu 5-7eTHsist BbiKMBaeMocTb naunentos ¢ IITIA npubnu-
xaercst K 80% [17]. HamexxHbIX CTaHIAPTH3MPOBAHHBIX PEKO-
MeHgauuii o nevennto AHIA-accounMpoBaHHbIX BaCKYJIMTOB
B Hallleii CTpaHe He pa3paboTaHo, a mogbop Tepanuu cienyer
OCYLUECTBJISTh, UCXOJISl U3 aKTUBHOCTH U CMEKTPa MOPaXKeHHbIX
BHYTPeHHHX opraHos [18, 19].

K/IMHWYECKOE HABJIIOIEHUE

[lauuentka M., 63 roma, B 2015 1. BepBble OTMeTHIIA
MOsIBJIEHME OMBILIKM CMELIaHHOTO Xapaktepa Mpu OObIu-
Holt ¢usnueckoit Harpy3ke. Ilpu nposenenun 04.08.2015
KOMIbIOTEPHOI ToMorpadpuu opraHo rpynHoit kinetku (KT
OlK) BbisiBlieHbl criefylolliie M3MEHEeHMs:: Y4acTKW [epu-
OpOHXMAJbHOTO YIJIOTHEHHs MO THUMY <«MaToOBOTO CTEKJa»
NPEMMYLIECTBEHHO B BEpXyLIKAaX M KOPTUKaJbHbIX OTIe-
nax (mHeBModuOpo3?); nedopmMaLysi MHTEPCTULMS 32 CUeT
Y- 1 V-06pa3HbIX pacIiMpeHnii KOHLEBbIX OPOHXMOJ; O4aro-
Boe 06pa3oBaHne S3 npaBoro sierkoro (y3enkosblit Gpubpos?
ramMapToxoHapoma?); ouarooe obpasoBanue S3 JIeBOro Jier-
KOro (BHYTpHJIerouHblit mumdoysen?); penakcauusi NpaBoro
Kyrnosna audadpparmel. KOHCYynbTHpPOBaHA TOPAaKaJbHbIM XH-
pyprom, nokasaswuit st 6uornicuu He HaineHo. Criporpadus
ot 18.08.2015: HapyweHus (yHKLMKM BHELIHEro [AbIXaHWS

lematypus / Hematuria

puyHocTb0 99,1%.

and a specificity of 99.1%.

Ta6bnuua. KnaccudmkaumoHHble kputepumn IITIA (AMepukaHcKuii konnempk peemarosorum, 2022 r.) [5]
Table. Classification criteria for eosinophilic granulomatosis with polyangiitis (American College of Rheumatology, 2022) [5]

Knuuuueckue kputepun / Clinical criteria banne!

06¢Tpykyua abixaTenbHbIx nyTen / Airway obstruction +3
Monunbl nonoctu Hoca / Nasal cavity polyps +3
MHoxecTBeHHbIi MOHOHEBPUT / Multiple mononeuropathy +1
Jla6opatopHbie kputepuu u 6uoncus / Laboratory criteria and biopsy

JosuHochunus 1x10°/n / Eosinophilia 1x10%/L +5
BuecocyaucTbie 303uHOthunbI No pesynbtatam 6uoncum / Extravascular eosinophils based on biopsy results +2
MonoxutenbHbie yutonnasmatnyeckue AHLA (aHTutena k npotenHase 3) 3

Positive antineutrophil cytoplasmic antibodies (CANCA, anti-proteinase 3 antibodies)

Mpumeyvanue. Cymmupyrotesi 6abl o Bcem cemm ryHkTam. Cymma 6asioB =6 no3BosisieT BbicTaButb anarHod Sl TIA ¢ 4yBcTBUTENbHOCTLIO 84,9% 1 crieym-

Note. The scores for all 7 points are summed up. The sum of =6 allows diagnosing the eosinophilic granulomatosis with polyangiitis with a sensitivity of 84.9%

N
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(®B[1) He BbIsiBIIeHbI. B 1abopaTOpHbIX aHaIM3aX OTKJIOHEHHs!
OT HOpMBbI He Habmonanuce. B 2016 r. nauuenTka ormMernna
T0sIBJIEHME CYXOro Kalljsl ¢ HaJu4MeM OUCTAHTHbIX XPUIIOB.
Annepruyeckrii aHamMHe3 He OTSrOLleH, NMpW NpPOBeLeHNH
aniepronpo6 CeHcMOMIM3alMM K OCHOBHBIM  ajulepreHam
He BblsBJIeHO. KOHCYJIbTHPOBaHA MyJIbMOHOJIOIOM, YCTAHOB-
JleH IMarHo3 «AMCCeMMHALMs B JIErKMX HEsICHOM 9THOJIOTMU
C BTOPUYHBIM OPOHX000OCTPYKTUBHBIM CHHAPOMOM>. [Tonyua-
7a Tepanuio KOMOMHMPOBAHHBIM MpenapaToM (MHrasILUOH-
Hpifi 'K B cpefiHux 103ax M IJMTENbHO JeHCTBYIOLIMIA -aro-
Huct (JJIBA)) ¢ MonOXKUTENbHBIM KIMHUYECKUM 3 HERTOM.
[lynbMOHOIOr M3MEHMIT JMarHo3 Ha «MHTePCTHLMaIbHOE 3a-
0oJsieBaHKe JIErOYHOM TKaHU HESCHO 3TUOJIOIMI», MTALUEHTKA
TNPOAI0JIKaIa MOJyyaTh NPEKHIOK TEPaIuIo.

Boisenennble npu KT OIK (04.08.2015) nameneHus co-
XPaHSIUCD 6e3 cyiecTBeHHoO auHamMuky no nadHbiM KT OTK
B 2017-2023 rr. Uccnenosanue ®BJ] 1 nabopatopHble aHam-
3b1 10 2020 r. mauMeHTKa He BbIMOJIHSNIA, TaK KaK Obll JOCTU-
HYT KOHTPOJIb CUMNTOMOB. [lo 3TOi1 ke mpu4MHE camMoCTos-
TeJIbHO OTMEHMIIA MHTJISLIMOHHYIO Tepanuio.

B 2020r. ormeTtuna ycuneHMe MHTEHCMBHOCTM KallJIs
BIUIOTb 10 TPUCTYNOB SKCHNMPATOPHOH OZBIIIKK, HapacTa-
HUWe MHTEHCMBHOCTM OfbIIKK (MpYM MHUHMMAlbHOW Harpys-
ke). [lynbMoHosIOrOM BbICTaB/IeH AuMarHo3 «BA sHIOreHHas»,
BHOBb Ha3HaueH KOMOMHMPOBAHHbIiA Mpernapar (MHranisiLoH-
Helit [K B cpenuux nosax u AJIBA) mmrenbHo. Ha ¢oHe Tepa-
nun 1-2 pasa B rof; OT nepeoxJaxieHns BO3HUKaN1 060cTpe-
Hus BA (TpeGoBasnioch Ha3HauyeHHE CHCTEMHbIX CTEPOMIOB),
TMOJIHOCTBIO CHMITOMBI He KYMHMPOBAJIMCh, KOHTPOJIb 3a00J1e-
BaHMsl AOCTUTHYT He ObUl. 10 JaHHBIM MERMLMHCKOM IOKY-
MeHTaL1K, J1ab0paToOpHO B KPOBM BbISIBIISUIMCH 903MHODUIHS
11% (1,01x10°/n1), no.bliiienne ypoBHst C-peakTHBHOro 6enka
(CPB) o 24 mr/n (21.01.2021).

B uione 2021 T. B cBSI3M C coxpaHeHMeM CMMNTOMOB BA
¥ HapacTaHWeM BbIPaKEHHOCTH OZBILIKY K Tepanuy 100aBiieH
IJIUTENIbHO JIeMCTBYIOLMI aHTMXOJIMHEPrMyeckuii mpenapar
(JJAX), onHako MOJHOTO KOHTPOJIS. CUMIITOMOB JIOCTUTHYTO
He ObLIO.

B nepuon 2021-2023 rT. nONHbIA KOHTPOJb CUMITOMOB
acTMbl Takke He JOCTMTHYT, NepUOANYeckd Oecriokouna 3a-
JIOXKEHHOCTb Hoca. [1o naHHbIM 1ab0paTOPHBIX MCCIeN0BaHUi
onpezensnach 303uHodunus 16—-20%. B cBssu ¢ coxpans-
roleficst s03uHopumeit B 2023 r. npoBeneHo obcrenoBaHKe
Ha reJIbMHMHTO3bI: IaHHBIX 3@ [TIMCTHYIO MHBA3MIO He MOJTyUYeHO.
KT-kapTyHa B Jierkux Obiia MpeskHsis.

B uione 2023 r. oTMeTuna yxyalleHMe COCTOSIHHSI B BUJE
YCWJIEHMS] WHTEHCHMBHOCTU KALlJIsl, TOSIBJIEHUS 3aJI0KEHHO-
CTH Hoca (nepuopuyecku Bo3HuKana ¢ 1980 r.), yBennueHus
noTpeGHOCTH B OPOHXOJNMTHKAX, CHMKEHHS TOJIEPaHTHOCTH
K ¢pusnueckoii Harpy3ke. Bbiia rocnuraaMsupoBaHa B MyJ1bMo-
Honoruveckoe otaenenre ['Y3 «OKbB» r. Caparosa ¢ anarosom
«BA aH7OreHHasl, TSKeloe HEKOHTPOJIMpyeMOe TeueH1e, B CTa-
Iun sierkoro obocrtpenusi». [pu noo6GcnenoBaHuy BbisiBIIEH
TMOJIMMO3HBIA PUHOCHHYCHUT, COXpaHsinach 303uHopunns 15%
(1,47%x10%/n), IgE 49,6 ME/mn (Hopma ot O no 100 ME/mn).
B 06111em aHanm3e MOKpOTbI 06HapyskeHbl KprcTaibl Lapko —
Jleiinena. [pu cnuporpaduu BbisiBIeHa yMepeHHast OPOHX000-
cTpykuust (06beM GOpCHPOBAHHOTO BbiZoxXa 3a 1-10 CekyHOy
(ODB,) 68% ot nomxkHoro, otHowenue OPB, k popcupoBaH-
HOI1 SKU3HEHHOI eMKOCTH Jlerkux 62%), mpoba ¢ GpOHXOUTH-
KOM nosioxkuTesibHas (npupoct OB, 210 ma, 15%). [TaumenTke
NpOBOAMIIACh TPOiiHas uHransuroHHast repanust (IK B BbICOKMX
nosax + JIBA + IAX).

YunTbiBasi OTCYTCTBME MOJIHOTO  KOHTPOJIS  CUMIITO-
MoB BA, HanmMuue NoJMNO3HOTO CHHYCUTA, MHTEPCTULMATIBHO-
ro NnopaskeHus JIeTKMX, COXPaHSIOLLYIOCS TMIIep303UHOPUTINIO
(>1x10°/n1), nn1st MCKITIOYEHKsST CUCTEMHOTO BacKy/IUTa U OPOH-
XOJIErOYHOTO acrepriuuiesa npoBefeHo foo0cenoBaxue. Bor-
siBJieHbl nonoxuTenbHble AHLIA (ckpuHMHT, npoduinb He uc-
cnenosad) ot 03.08.2023, IgG k acneprunnam oTpuLaTesbHble.

OcHOBbIBasICb Ha JaHHbIX pesyJbTaTax, sl BepupuKaLun
IMarHo3a MNalMeHTKy FOCIMUTAIM3MPOBAJIM B PeBMaToJIOrnye-
ckoe orzenenre B centsiope 2023 r. Ha MomeHT nocrymnienus
OTMeueHa OfblLIIKa PY MUHUMAaJIbHOH (PU3MUECKOIi HarpysKe,
TNOCTOSIHHASI 3aJI0)KEHHOCTb HOCA, OTCYTCTBME BKyCa 1 0OOHSI-
Hus. [lpu oObekTBHOM 0OCnenoBaHMKM oOparany Ha cebst
BHMMaHMe BblpakeHHas OpOHXMasbHas OOCTPYKLMS, CHIKe-
Hue SpO, no 91-93% B nokoe. B nabopartopHbIx aHanu3ax co-
xpaHsinacb 303uHopunust (13%, 1,71x10°/1), CPB B npenenax
Hopmbl (1,9 mr/n). [pu KT OI'K B Bepxy1ikax M KOPTHKAJbHbIX
OTJeJlaX BEPXHMX JI0JIefl JIErKUX COXPAHSUIMCh YUaCTKU Tepu-
OpOHXOBACKYJISIPHOTO  YIIJIOTHEHHsI HeOOJNbIINMX pa3MepoB,
1o 10 MM, HEOOHOPOOHOH CTPYKTYpbl MO TUITy «MaTOBOTO
CTeK/1a» C He4eTKMMY HepOBHbIMU KOHTypaMH, PEKHUX pas-
MepoB 1 GOpMbL. YUMUTbIBAsI IPU3HAKK JAbIXaTeNIbHON HENOCTa-
TOYHOCTU M BbICOKOI aKTMBHOCTM 3a00JIEBaHMS, K JIEYEHHIO
1006aBUJIM OKCUT'€HOTEPAIHIO MO MOTPEOHOCTH CPERHUM MOTO-
KOM KUCJIOpOZa, MPOBOAMIIOCH BBEeH!Ee METUIINPERHNU30JI0Ha
500 Mr BHYTPUBEHHO KaresbHO B pexkuMe Mysbc-Tepamuu Ne 3,
Ha3HaueH METUINPeNHN30710H 4 Mr 1o 4 TabneTku BHyTpb. [1a-
LMeHTKa NpOAioJKasla MpUeM TPOHHON MHIaJISILMOHHOM Tepa-
nuu B npexkHeM oObeme. Ha ¢poHe npoBoanmoii Tepanuu ot-
MEUEHO YMEeHbLIEHHEe OMIbILIKM U Kallid, Hopmanusauus SpO,
(6e3 okcurenotepanun 95-96%).

Ha ocHoBanuM Hanuuusi OOCTPYKLUMM [bIXaTeJbHBIX My-
Teil (nuMarHoctrpoBaHHast BA), monMnos monocty Hoca (Xpo-
HUYECKMIi MOJIUMO3HBIA PUHOCHHYCHUT), 303uHOGMIMKM Ooree
1x10°/n, nonoskurenbHbix AHLIA B aHaMHese corsacHo Kiac-
cudukraLoHHbiM kKputepusam 2022 r. [5] HabpaHo >6 6anos,
4TO MO3BOJISET YCTaHOBUTb AuarHos: JITIA, xponuueckoe Te-
uenre, AHLIA mo3uTHBHbIE, C MOpPakeHUeM JIETKMX, BEPXHUX
IbIXaTeJIbHbIX MyTel (XPOHMUYECKMi MOJIMMO3HbI PUHOCHHY-
CMT), HWXKHUX JiblXaTesIbHbIX nyTeil (BA anmorenHas, Tskesnoe
HEKOHTPOJIMpPyeMOe TeueHHe ), 503MHOPUIHSL.

Ha ambynaropHoM sTare 6b1710 peKOMEHI0BaHO MPOAOIIKUTD
npuem nepopaibhbix 'K (Mernnnpenunsonox 4 mr 4 tabner-
KU), TpOiHyto uHransuvonHyto tepanuio (IK+IJBA+IAX).
Ha ¢oHne mosnyuaemoii Tepanuy OTMEUEHO yBeIMYEHUEe ToJle-
PaHTHOCTU K (PU3MUYECKMM HarpyskaMm, yMeHbLLIEHHEe OZbILLKH,
TMPUCTYMOB KallIs ¥ YAyLlibsl, BOCCTAHOBJIEHWE BOCIPUSITHS 3a-
NaxoB M BKyCa, CHU3WJIOCh KOJIMUECTBO 303MHOPUIIOB B KPOBU
(2%). Ipu nosropuom uccnenosanuu AHUA (npogusb) aHTH-
Tesa K MUEJIONepOKCHIase U MPOTenHase 3 — OTpULIATENIbHbIE.

YunTbIBasi nopaskeHue JIerkux («MaToBoe CTeKJIO» M0 JJaH-
HbeiM KT OI'K), oTcyTcTB1e nonHoro KoHTposst BA Ha ¢pone rop-
MOHAaJIbHOM Tepanuu (XOTS U C IBHOM MOJIOKUTENIbHOM TMHA-
MHKOI1), HeOOXOOMMOCTb CHIMKEHHMs! 103bl nepopainbhbix K,
00cyskaancss BOMPOC O Ha3HAaueHWM LUTOCTAaTHYeCKOi Tepa-
nuu. [lepen Hauanom Tepanuy MauveHTKe aMOyaaTOPHO ObLI
BBITIOJIHEH JIUAaCKUH-TeCT. [lonoskurenbHbiit Tect (20 MM) mo-
TpeGoBas KOHCysbTauuu ¢GTu3natpa. Bbul MCKIIOUEH aKTHB-
Hblil TyOepKyJie3, yCTAHOBIEHO HaJM4Ke JIATEHTHOI TyOepKy-
71e3HOI MH(QEKLWH, B CBSI3M C YeM PEKOMEHJI0BaHO NpoBeJieHne
NpodUIAKTUYECKOI MPOTUBOTYOEPKYIIE3HOI Teparyy.

B cBsiau ¢ HEBO3MOXHOCTbIO MpOBENEHMs LUTOCTAaTHe-
CKOI Tepanuu, HanmuuueM Tskenoit bA ObUIO pelieHo HasHa-
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YT TEPANHIO MENoIn3ymMaboM (MOHOKJIOHATIbHOE aHTHTENO
K nnrepneiikuny (W1) 5) Ha ¢poHe npoduiakTrueckoro Kyp-
ca Ty6epKysI0CTaTH4eCKOI Teparmu.

OBCYXXIEHUE

Cornacro nannbiM iuteparypbl A TIA ¢ onmMHakoBO# YacTo-
TO# BBISIBJISIETCS Y MYKUMH M SKEHIUMH B Bo3pacrte 35—50 siet
[6, 16]. B nawem uccnenoBanum nuarso3 IITIA ycraHoBmen
y JKEHLIMHbI B BO3pacTe 63 JeT, Py 9TOM NepBble CHMITOMbI
3ab0s1eBaHMs OTMEUEHbI B BO3PACTe 55 JIeT.

B cBsi3u ¢ pasHooOpa3HoOi KIMHKUUYecKoii KapTuHoii SITIA
B ne0toTe 3a00seBaHKs MALMEHTHI yallle BCEro o0pallaoTcst
He K peBmarosioraM, a K JIOP-Bpauam, nynbmoHonoram, He-
BpOJIOraM, KapauosoraM. Y4uTbiBasi JaHHOe 0OCTOSITENbCTBO,
a TaK>Xe Hel0CTaTOUHYI0 OPUEHTHPOBAHHOCTb MPAKTUKYIOLLIMX
Bpaueii B kpuTepusx auardosa ITIA u penkyto BCTpeuaeMoCTb
BACKYJIUTA, MPUXOAUTCS PU3HATD, YTO C MOMEHTA MOsIBJIeHUS
KJIMHUYECKUX CHMIITOMOB JI0 MOCTaHOBKM BEPHOTO JMarHo-
3a B cpenHeM npoxonut 8—10 net [1, 6, 9, 16]. B onucannom
HaMM HaOJI0JIeHNH C MOSIBJIEHNS] IEPBbIX CUMITTOMOB (OZIbILLIKA
Y MHTepCTULHaNIbHOE NnopaskeHue yierkux B 2015 r., TUmM4Has
KJIMHMYecKast KaptTuHa BA ¢ ¢ukcaumeii GpoHX000CTPYKTHB-
HOTO CMHIpPOMA W HasHaueHWe uHransiumoHHbix 'K n J1JIBA
B 2016 ., ycTaHOBJIEHHbII 1 AuarHos3a BA u runepaosnnopu-
mus B 2020 r.) no Bepudukaunu guarsosa (8 2023 r.) nporwio
8 neT. 3aTpynHeHMs! B IMarHOCTHKE 00y CIIOBJIEHbI HEOCTATOY-
HOI1 0CBEIOMJIEHHOCTbIO MPaKTUKYIOLLUX Bpavefi 0 TaKOM pefi-
KoM 3aboneBanuu, Kak IITIA. YCKOpUTb MOCTaHOBKY AMArHo-
3a Moriu Obl 60J1€e PaHHUIA TILIATEIbHBI AHAJIN3 KITMHUYECKO
KapTUHbI 3a607€eBaHus (TMNepI03MHOPUINSI, UHTEPCTULIMATb-
HOe NopakeHue JIErkux HexapakTepHbl 1715 BA) 1 HanpaBiieHue
Ha 00CIefIoBaHNE B CreLMaM3MPOBaHHbIi1 CTALMOHAp.

Heo6x011MO OTMETHTb, YTO OMMUCAHHBI HAMU KIIMHUYECKHUIA
cyyaii MMeeT TUIMYHYKO KJIMHUYECKYIO JMHAMMKY PasBUTHSI
CUMNTOMOB, xapakTtepHblx Anst IITIA. CHauana npeBanupyoT
CUMNTOMbl BA 1M puHOCHHYCHTa, 3aTeM MOSBISIOTCS TUIep-
903MHODUIINS, JIETOUHble M3MEHEHHs U TOpaskeHHe BUCLe-
panbHbix opranos [7—10, 15]. CnenyeT paccmaTpuBaTh KIMHU-
yecKe MpOsIBJIEHIS] COBMECTHO C JJAOOPaTOPHBIMU (B TOM YHC-
Jle IMMYHOJIOTUYE€CKMMU) U MHCTPYMEHTAIbHbIMU JaHHbIMH.
lMonTBepkaeHu0 nuarHo3a M Oosee paHHEMY BbISIBJIEHHIO
BACKyJINTA MOXET CMOCOOCTBOBATh MpOBeNeHHe OHoncUn
1711 BbISIBJIEHNS] 303MHOPMIIbHBIX TPaHyJleM B MepUBACKYJsIP-
HbIX TKaHSIX, CTEHKax COCY/I0B, BHyTpeHHUX opraHax [20].

Bei6op HauasbHOII Tepanuu (MOHOTepanust WM KOMOHHa-
ums npenapatos) npu ITIA 3aBUCHT OT pucKa CMepTH, Nopa-
’KEHUsl BHYTPEHHMX OpPraHOB, aKTMBHOCTH U TsIKeCTH 3aboe-
BaHus [14, 15, 21].

B nocnennee Bpems BenyTCsl aKTUBHbIE JUCKYCCHU O MU-
HUMu3auny npumenenus 'K s ymeHbLieHnst mnoG04HbIX 3¢-
deKToB, a B psifie UCCIeIOBaHMIt He NOJTy4eHO pasHULbl C UC-
XOZ,0M BaCKYJIMTA Npy npuMeHeHnn Menblnx 103 ['K. o3y 'K
CJIeflyeT TUTPOBATb CTPOTO MOJ KOHTPOJIEM KITMHNKO-1abopa-
TOPHBIX MAPaMeTPOB sl MPeAOTBpaLleHn s peLranBa 3a6o-
neBaHusl, a N0OaBJIeHNe MMMYHOCYIPECCHBHbIX MpenapaTos
(MeroTpekcat, Luk10opocPaMu UM a3aTUONpPHH) MOMora-
er ObICTpee JOCTUYb PEMUCCHMH M MOAMQULMPYET TeueHHe
3abonesanus [22-24].

B Hacrosuiee Bpems Bo3moxxHOcTHM JiedueHus: IITIA
paclIMpWINCh U BKJIIOYAIOT HasHaueHUe TeHHO-WHKeHep-
HbIX Ouonornueckux mnpenapatoB (FMBIT). OcHoBaHu-
€M Ui MCHOJb30BaHUS MOHOKJIOHQJIbHbIX aAHTUTEN Coy-

JKUT XOpOLIMA TepaneBTUYeCKU 3PEeKT npu JiedyeHnu
3aboJieBaHMii CO CXOXUM naroreHe3oM. OJHUM U3 NMPeNCTaBy-
teneit [VBI1 sBnsercs Menonuayma0, MHTMOMPYIOLLMIL CBSA3bI-
Banue WNJI-5 ¢ peuentopamu 1 npenoTspallaoLmii nponude-
pauuto, co3peBanue 1 nuddepeHLMpoBKy 303MHOGMIOB [25].
Panee HazHaueHne Mernonuaymaba xopouio cebsi 3apeKoMeH-
JOBAJIO Yy TMAUMEHTOB C TSKeNOM 303MHOMWIbHON BA, Tak
KaK TMPUBOAMIIO K JATUTENbHOMY CHUKEHHIO aOCOMIOTHOTO KO-
JIN4ecTBa 303MHOPUIIOB C JOCTUKEHHEM KIIMHUYECKOH peMHuc-
cuu [26, 27]. B psime MHOrOLIEHTPOBBIX MCCEeNOBaHUI Nocye
nobaByieHust Menonudymaba HOCTUIHYTO Oosiblliee Komude-
CTBO PEMMCCHII 1 MeHblllee KOJIMYeCTBO PELMAMBOB Yy Maly-
eHToB ¢ JITIA, 4TO NO3BOJISIET YMEHbLIATb MO AEPKUBAIOLLYIO
no3y 'K nnm otmensts ux [25, 28, 29]. Takum o6pasom, foka-
3aHHast 3pPeKTHBHOCTb Menonu3ymada ¢ MUHUMAJIbHbIMHU 110-
6ouHbIMU 3¢peKTamu MO3BONMIIA OROOPUTH €ro ISt TeUeH s
JITIA n pekOMeHI0BaTb B pacCMaTPUBAaeMOM Cllyuae.

3AKIIOUYEHUE

lpencraBneHo KivHMYecKoe HabJIOLEHHe, KOTOpOe [e-
MOHCTpHpYeT croxkHocth auarHoctuky IITIA. PasHoo6pasue
KJIMHMYECKO# KapTHHbI B 1e0toTe 3a00J1eBaHMsl, MOCTENEHHOe
TOsIBJIEHNE CMMITOMATHKH, HEOOXOAMMOCTb Y4€eTa He TOJIbKO
KJIMHAYECKMX, HO 1 J1abOpaTOpHBIX MOKa3aTesieil — BCE 3TO
006YC/IOBNMBAET TPYAHOCTH B MOCTAHOBKE BEPHOrO AMarHo3a
Ha paHHMX CTagusX. B nmaHHON craTbe OMMCaH KJIMHWUYECKMii
CJ1y4aii OTHOCUTEJIbHO no3nHei nquardoctku ITIA, uro, Bos-
MO3KHO, CBSI3aHO C HEJJOCTaTOYHO! OCBEIOMJIEHHOCTbIO MpaK-
TUKYIOLLMX Bpauei 00 3TOM peakoM 3a60J1EBAHUH U C TIO3IHUM
HarnpasJieHreM GOJIbHOM K PeBMATOIOry. YCKOPUTb MOCTAHOBKY
IVarHo3a MOryT He TOJIbKO Mop¢oJsiornyeckasi Bepudukaums
1 MMMYHOJIOTHYecKoe 00CieoBaHne, HO U 0OCysKieHne Mo-
IOOHBIX KIMHUYECKHUX CIyyaeB B MEAMLIMHCKOM COOOLLECTBE.
B nacrosiuee Bpemst BoaMoskHocTH Tepanuu I TIA paclurpeHsl
3a CYeT BKJIOUeHusl 3a007eBaHNs B MOKa3aHus K OHosoruye-
CKMM MeTojiaM JieueHusl, HauesieHHbIM Ha WUJI-5, yto mo3sonut
YIyYIINTb MPOTrHO3 OOJNE3HU M CHUSUTH OpeMsl ITMTENbHOro
TprieMa roOpMOHAJIbHBIX TIPENapaTos.
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